Introduction {#sec1-1}
============

Porokeratosis represents a clonal disorder of keratinisation, first described in 1983 as a chronic parakeratotic skin disorder \[[@ref1]\]. The condition is characterised by one or more atrophic patches, typically found on sun-exposed areas, surrounded by a distinctive peripheral keratotic ridge, called the cornoid lamella \[[@ref1]\]\[[@ref2]\]. Several clinical variants have been described, as the most common among them include classic porokeratosis of Mibelli (PM), disseminated superficial actinic porokeratosis (DSAP) and its nonactinic variant disseminated superficial porokeratosis (DSP), linear porokeratosis, porokeratosis palmaris et plantaris disseminata (PPPD), punctate porokeratosis, which might represent a variant of PPPD \[[@ref1]\]\[[@ref2]\]\[[@ref3]\].

Much less commonly reported clinical subtypes include porokeratosis ptychotropica (a verrucous variant localised in the gluteal region) \[[@ref3]\], porokeratoma, also referred to as porokeratotic acanthoma \[[@ref4]\], porokeratotic adnexal ostial nevus (PAON) - a rare congenital disorder of keratinization with eccrine and hair follicle involvement \[[@ref5]\]. Although aetiology is not well - established, exposure to ultraviolet radiation, organ transplantation, chemotherapy, repetitive trauma, liver failure, chronic renal failure, hepatitis C, HIV, and other diseases associated with immunosuppression are considered risk factors which activate abnormal clones of keratinocytes \[[@ref3]\]. Gene mutations in mevalonate pathway enzymes have also been implicated in etiopathology, such as mevalonate kinase (MVK), phosphomevalonate kinase (PMVK), mevalonate decarboxylase (MVD), and farnesyl diphosphate synthase (FDPS), as c.746 T \> C and c.875A \> G of the MVD gene are most common mutations \[[@ref1]\]\[[@ref6]\]. Beside the immunosuppression variety of disorders associated with the condition, disseminated superficial porokeratosis has been reported in systemic lupus erythematosus (SLE) patient with long-term corticosteroid treatment \[[@ref7]\], patients with diabetes mellitus \[[@ref8]\] and associated with haematological disorders such as Hodgkin's disease and B-cell lymphoma \[[@ref9]\].

Here we present a patient with disseminated porokeratosis, associated with idiopathic thrombocytopenia. To the best of our knowledge, this is the first report of disseminated superficial porokeratosis, associated with idiopathic thrombocytopenia.

Case report {#sec1-2}
===========

A 74 -- year - old male patient presented with 2 - months history of erythematous rash on the lower legs, accompanied by itching. The clinical examination revealed multiple individual erythematous, slightly atrophic macules and papules, with brownish discolouration, surrounded by peripheral keratotic ridge, resembling cornoid lamella, disseminated on the chest, back and lower extremities ([Fig. 1 a, b, c, d](#F1){ref-type="fig"}).

![a, b -- Clinical presentation of disseminated porokeratosis on chest and back in 74-year-old male patient; c, d -- Clinical presentation of disseminated porokeratosis on lower legs, with closer view of cornoid lamella](OAMJMS-6-139-g001){#F1}

Multiple excoriations and linear defects, from scratching, were also established. The conducted paraclinical blood examinations revealed decreased plated cells count (107.0 10\^9/l) and increased cholesterol (8.4 mmol/l: HDL - 2.43, LDL - 5.33 mmol/l). The performed imaging diagnostic screening did not reveal organ pathologies. The histopathological examination after performed biopsies obtained focal absence of the granular layer, dyskeratotic cells observed in the subjacent upper spinous layer.

A mild lymphocytic infiltrate were seen around an increased number of capillaries in the underlying dermis.

Dermis showed a non-specific inflammatory cell infiltrate. Epithelium deep to the tier was vacuolated and devoid of a granular cell layer ([Fig. 2 a, b](#F2){ref-type="fig"}). Dyskeratotic cells were observed in the subjacent upper spinous layer ([Fig. 2 c](#F2){ref-type="fig"}). Keratin-filled epidermal invagination with an angulated, parakeratotic tier (cornoid lamella) ([Fig. 2 d](#F2){ref-type="fig"}).

![Histological findings; a, b - Focal absence of the granular layer, dyskeratotic cells observed in the subjacent upper spinous layer. A mild lymphocytic infiltrate were seen around an increased number of capillaries in the underlying dermis. Dermis showed a non-specific inflammatory cell infiltrate. Epithelium deep to the tier was vacuolated and devoid of a granular cell layer; c - Dyskeratotic cells were observed in the subjacent upper spinous layer; d - Keratin-filled epidermal invagination with an angulated, parakeratotic tier (cornoid lamella)](OAMJMS-6-139-g002){#F2}

The diagnosis of disseminated superficial porokeratosis, associated with idiopathic thrombocytopenia was made, based on the clinical examination, laboratory and histological findings. A systemic administration of acitretin 10 mg was initiated with local application of vitamin D3 analogue (calcipotriol) and corticosteroid (betamethasone), combined in one commercial product as a gel, without a satisfactory therapeutic response within the following two weeks. Cryotherapy was initiated in combination with systemic acitretin and calcipotriol, combined with a corticosteroid. Regarding the thrombocytopenia, the dose of acitretin was not increased. The satisfactory therapeutic response was achieved in one month.

Discussion {#sec1-3}
==========

Porokeratosis is considered as an autosomal dominant inherited disorder with the variable clinical presentation, but unified histological characteristics of cornoid lamella \[[@ref1]\]\[[@ref2]\]. The approximate age of onset is 45 - 50 years, although the reported cases range between 27 - 84 years \[[@ref1]\]\[[@ref2]\]. Although it is believed that the sun-exposed areas are mainly affected, the most common regions of occurrence are extremities, the buttocks, and genitogluteal region, while facial lesions are rare \[[@ref2]\]\[[@ref4]\]. It is believed that ultraviolet radiation is the triggering factors in genetically predisposed individuals \[[@ref2]\]. On the other hand, various antibody-related autoimmune diseases treated with systemic steroids and other immunosuppressive conditions such as chronic liver disease, HIV and organ transplantations have also been implicated in its etiopathology \[[@ref11]\]. Despite that, our literature review established cases of association between disseminated porokeratosis and pyoderma gangrenosum \[[@ref10]\], a case of dermatomyositis \[[@ref12]\], scleroderma \[[@ref13]\], Sjogren syndrome \[[@ref14]\] and rheumatoid arthritis \[[@ref15]\]. Authors suggest that immunosuppressant therapy is the reason for the occurrence of the porokeratosis \[[@ref10]\]\[[@ref11]\]. Although disseminated superficial porokeratosis has rarely been reported in association with internal malignancy, its occurrence in patients with hepatitis C virus-related hepatocellular carcinoma, cholangiocarcinoma, and ovarian cancer suggests a paraneoplastic nature of the cutaneous disease \[[@ref16]\]. Furthermore, porokeratotic lesions can give raise of bowenoid lesions and squamous cell carcinoma as precancerosis trigger with aggressive behaviour and poor prognosis \[[@ref17]\]. A porokeratotic lesion, showing histological changes during his disease, including cellular atypia, dysplasia, and invasive squamous cell carcinoma is known as "malignant superficial porokeratosis" \[[@ref18]\]. Sporadic case reports in the literature represents porokeratosis in patient with polycythemia rubra vera \[[@ref19]\], pseudoxanthoma elasticum \[[@ref20]\], multiple myeloma \[[@ref21]\] and myelodysplastic syndrome \[[@ref22]\]\[[@ref23]\]. Although rare, benzylhydrochlorothiazide - induced porokeratotic lesions in stable porokeratosis of Mibelli accompanied by eosinophilic spongiosis have also been reported \[[@ref24]\].

Although hematologic disorders are not uncommonly accompanied by disseminated porokeratosis, we couldn't find a case of porokeratosis associated with idiopathic thrombocytopenia (as in the presented case) within our thorough literature revue, encompassing the available reported cases between 1984 and present date. Although various treatment options have been implicated with various degrees of success, including topical diclofenac, vitamin D 3 analogs, 5-fluorouracil, retinoids, 5% imiquimod, photodynamic therapy, carbon dioxide laser and oral retinoids, therapy with good response is rather poor \[[@ref1]\]\[[@ref2]\]. Reports of disseminated superficial actinic porokeratosis treated with vitamin D 3 analogs are rare in general; with no satisfactory enough effect obtained with calcipotriol monotherapy \[[@ref25]\]\[[@ref26]\]. Simultaneous application of vitamin D3 analog (calcipotriol) and corticosteroid (betamethasone), combined in a one commercial product as a gel is reported as a promising, more effective new entity, because of the simultaneous synergetic effects of the substations, which normalize the proliferation of the keratinocytes by calcipotriol on one hand, and the reducing of the inflammation by the corticosteroid, on another \[[@ref27]\].

Considering the polymorphism of clinical presentation, the variety of associated disorders and the differences in the treatment responses, we could conclude that disseminated porokeratosis is still an unknown well disorder, which will continue to surprise the physicians in future. The screening and follow up of the patients is mandatory in all cases because as we see, porokeratosis has multiple unexpected faces, which require circumstantial clinical and paraclinical behaviour.
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